Liposarcomata most frequently originate in the interfascial plane of the thigh, or in the retroperitoneal tissues.' Primary development in the mediastinum is a rare occurrence, with less than 60 cases reported in the world literature.2 3 4 5 Histopathologically, liposarcomata are classified into four basic types: well differentiated, myxoid, round cell and pleomorphic, and the clinical behaviour and prognosis correlate closely with the histological sub-type. The development of metastases in well differentiated and myxoid tumours is rarer than in the other sub-types, but myxoid liposarcomata can metastasize as a late manifestation of the disease. We report a patient with a myxoid liposarcoma of the anterior mediastinum, which exhibited aggressive behaviour and an unusual pattern of metastases at rare sites, including the spinal epidural space, which caused spinal cord compression. CASE REPORT. The patient was a 30 -year -old female who was admitted with a five day history of sharp pain in the right abdomen with discomfort in the right shoulder tip. Clinical examination revealed soft and tender hepatomegaly. Ultrasound showed a 13 cm solid mass in the liver and the liver function tests were consistent with intrahepatic obstruction. Chest X -ray revealed a mass in the antero -superior mediastinum, adjacent to the aorta. These tumours were further visualized by computerised tomography (CT), (Fig 1) and an ultrasound -guided fine needle biopsy from the liver mass was suggestive of a liposarcoma. One month later, at thoracotomy, the mediastinal mass and subpleural deposits were excised, and subsequently the liver mass was removed by formal right hepatectomy. Pathological examination of both the mediastinal tumour and the
partial hepatectomy specimen revealed well -delineated fatty masses. In each case there was a good demarcation between tumour and normal tissue but no actual capsule was detected. It was concluded that the tumours were exhibiting expansile rather than infiltrative growth patterns. Histological examination of both tumours revealed a myxoid stroma with stellate cells and the characteristic plexiform capillary pattern seen in liposarcomata (Fig 2) . The mitotic rate was not high and in view of the stromal change a diagnosis of myxoid liposarcoma was reached. Immunohistochemistry showed a positive vimentin reaction in keeping with the mesenchymal origin of liposarcomata. Electron microscopy of tissue from the liver tumour showed a classical lipoblast with lipid droplets and a myxoid matrix surrounding the cell (Fig 3) . Three months after operation, CT scan showed no recurrence in the mediastinum or liver, but additional lesions were present retroperitoneally in the region of the right adrenal gland, the crus of the diaphragm and the paravertebral gutter. Within the next year she developed three separate swellings, two in her groin and one in the posterior aspect of the left leg. These were excised and each specimen showed the same histological picture of a myxoid liposarcoma. Ten months after initial presentation she was re-admitted complaining of pain in the right lower chest and a CT scan showed some increase in the size of the tumour in the right paravertebral region; this was excised through a right thoracotomy. Five days post-operatively she developed weakness of her legs, and retention of urine. Neurological examination showed a spastic paraparesis, with decreased pain sensation below the D8 dermatome. Myelography demonstrated complete extradural obstruction at the D6 level. At laminectomy, a 10 mm thick sheet of extradural tumour was found. The cranial and caudal limits of the tumour were defined and it was subtotally removed; there was no sign of vertebral body involvement. Post -operatively bladder function immediately improved, followed by complete sensory and motor recovery over the next week. Serial scans indicated that the liver had regenerated. She later needed neurolysis of the intercostal nerves to control recurrent pain in the chest wall. Tumour in the anterior mediastinum, the paravertebral gutter and the retroperitoneal space recurred, but further surgery was thought to be of little avail. Subsequently, she developed gross ascites and oedema of the lower limbs, and died two years after presentation from pulmonary oedema and pneumonia. Autopsy was refused.
DISCUSSION
The age range of patients who have developed mediastinal liposarcoma is 14 months to 77 years, with a mean of 35 years.2'6 There is no characteristic clinical history and the tumour may attain an enormous size before symptoms and signs of local compression occur. Our patient had no respiratory symptoms, and the lesion was suspected for the first time on chest X -ray. Slow growth with compression, rather than infiltration of the surrounding structures, together with the soft pliable nature of lipid tissue may be responsible for this very gradual clinical onset. 2 Metastases from a liposarcoma depend on the size and location of the primary tumour, the histological differentiation and the mode of therapy used.7 Mediastinal liposarcomata commonly metastasize to the lung,-pleura and liver; rarely the kidney, adrenal, mediastinal lymph nodes, deltoid muscle or skin are involved.8 Myxoid liposarcomata for unknown reasons tend to produce secondary lesions on the serosal surfaces of the liver, pericardium and the diaphragm, either alone or in combination with visceral metastases. Tumours of similar appearance may be found retroperitoneally, and in other soft tissues. There is no sharp distinction between multicentric and metastatic liposarcoma. Concurrent lesions in the mediastinum and liver of our patient, and the appearance shortly afterwards of additional lesions of similar histology in other unusual sites suggest that these were metastatic tumours. The time interval between the appearance of the primary and the secondary tumours is usually measured in years, and the rapid development of secondary tumours in this case is unusual. Metastases to the spinal canal, with neurological deficit, have been reviewed by Bogoth et al. 9 The absence of bony involvement, and the finding of a thick sheet of tumour extending over 3 vertebral segments, suggest an epidural metastasis, rather than direct extension from a paravertebral mass. The CT appearance of a liposarcoma includes lack of clear demarcation from surrounding tissues, enhancement with intravenous contrast, and the low attenuation value of fat on the Hounsfield scale.1 5 10, II In this case, CT scans were invaluable in determining the exact size and location of the tumours, and in the detection of recurrence at several sites. Wide surgical excision is the treatment of choice, but the lack of discrete boundaries, and contiguity with the surrounding vital intrathoracic structures make this difficult.68"12 Partial resection, followed by radiotherapy, may be useful, although the value of this approach is questioned by several authors.2'3'4 Chemotherapy is ineffective, and radiotherapy is accepted as the standard treatment for metastases.7 With spinal cord compression, rapid neurological deterioration is usually due to ischaemia of the neural tissues. Decompression which must be carried out urgently, was successful in reversing the neurological deficit in this case, as it was in the previous report. 9 The prognosis in respect of a liposarcoma depends on the histological type and the topographical location of the tumour.2 7 The outlook is better in well -differentiated and in the myxoid variety than in other histological sub-types; the prognosis is less favourable when the tumour arises in the mediastinum.3 Overall average survival is about 4 years. 12 The present case belongs to the group of liposarcomata supposed to have a good prognosis, but the early appearance of metastases implies unusually aggressive behaviour.
